reports [5] which suggest that it is related to deficiencies of both their hypothalamic-gonadal and their primary gonadal function.
Regarding the management, surgical procedures should be scheduled accordingly. If the sex of rearing is female prophylactic gonadectomy is recommended given the high risk of gonadoblastoma and dysgerminoma. Given the high prevalence of tumours among these subjects long-term monitoring by ultrasound is necessary. In patients with male sex of rearing, orchidopexy should be performed in case of cryptorchidism, post-pubertal biopsy and gonadectomy depending on the histological results. Hormonal therapy is also one of the major aspects of the multi-disciplinary management of this rare condition which should be done in a tertiary centre. Evaluation of long-term follow-up should also address the psychological impact in these patients.
CONCLUSION
A multi-disciplinary team approach including several specialties such as Paediatrics, Clinical genetics, Endocrinology, Paediatric surgery and Psychology is important not only for early recognition of these patients but also for their proper management. Early diagnosis is important to decrease the psychological impact in these patients.
